Transposition of the great vessels (TGA) is a rare condition with incidence of 1:5,000. The most common variant is dtransposition or complete transposition. Pivotal surgical procedure (Senning, 1957) has dramatically improved survival. However, typical long term complications include pressure overload of the systemic right ventricle with tricuspid regurgitation and atrial arrhythmias. Most of the patients are in NYHA I-II functional status 30 years after the operation but only 40-50% of them remain in sinus rhythm, while 30% of patients had minimally one episode of atrial flutter. A 28 year-old female was admitted to our Department in November 2011. When she was 9 months old, she underwent Senning procedure because of d-TGA. She was asymptomatic on beta-blocker until the age of 26 when she experienced palpitations and reduced effort tolerance. In addition, she was planning a pregnancy. Echocardiography showed the dilated and hypertrophic systemic right ventricle with reduced systolic function, and moderate to severe tricuspid regurgitation. Atrial conduits have a normal function. Cardiovascular magnetic resonance imaging showed a right ventricular hypertrophy without signs of fibrosis, and preserved systolic function (EF 48%). ECG revealed atrial flutter with 4 episodes of wide QRS tachycardia on 24-hours Holter ECG. Amiodarone and ACE inhibitor were introduced with clinical and Holter ECG improvement. Cardiac surgeons were consulted and the conclusion was that pregnancy with current medical therapy and atrial flutter would be too risky. Surgical therapeutic option would be tricuspid valve replacement with biological prosthesis and concomitant surgical AV node ablation with the implantation of epicardial electrodes of permanent pacemaker. The patient was sent to Charite Hospital in Berlin where successful ablation of atrial flutter was performed. However, at three months follow-up, recurrent atrial flutter was revealed both on ECG and Holter ECG. In April 2013, the patient underwent successful tricuspid valve replacement with biological prosthesis implantation followed by surgical AV node ablation and implantation of 3 epicardial electrodes on the right ventricle under TEE guidance in order to avoid cardiac dyssynchrony. Postoperative course was uneventful and the patient was discharged at day 5. The follow-up after 5 months showed an excellent function of the biological prosthesis in tricuspid position, the patient was asymptomatic and we gave her permission for pregnancy.
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